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Amyotrophic (continued ) 

electrophysiologic diagnostic criteria 
in, 540-543 

electrophysiologic evaluation in, 
533-549 

fasciculation potentials in, 549 

incidence of, 529 

motor conduction studies in, 535--537 

motor unit number estimate in, 
537-538 

needle electrode examination in, 
538-540 

nerve conduction studies in, 533 

repetitive nerve stimulation in, 52 

sensory conduction studies in, 53 

survival rates with, 529 


Amyotrophy 
monomelic 
benign, 550-551 


Anemia(s) 
neurologic manifestations of, 265-267 


Aneurysm(s) 
atrial septal 
cardiogenic embolism and, 189 


Angiitis 
hypersensitivity 
neurologic manifestations of, 
131-137 
Angiofibroma(s) 
in tuberous sclerosis complex, 946 


Angiography 
catheter 
in children, 980 
magnetic resonance 
in children, 968-969 


Angioma(s) 
venous 
in children, 1072-1073 
Angiopathy(ies) 
amyloid 
Alzheimer’s disease-related. 
781-790 
Antibody(ies) 
glycoprotein 
anti-myelin-associated 
demyelinating neuropathies 
and, 103-104 


Anti—myelin-associated glycoprotein 
antibodies 
demyelinating neuropathies and, 
103-104 


Arm/forearm 
median neuropathy in 


approach to patient with, 
462-464 


Aromatic L-amino acid decarboxylase 
deficiency, 1150 


Arterial strokes 
in children, 1079-1100 

acquired coagulation disorders 
and, 1094-1095 

atherosclerotic cerebrovascular 
disease and, 1091-1092 

AVMs and, 1093-1094 

cerebral vasculitis and, 
1088-1089 

cervicocephalic arterial dissection 
and, 1085 

congenital heart disease and, 
1080-1085 

diagnostic approach to, 1096 

drug-related, 1089 

epidemiology of, 1079-1080 

genetic causes of, 1090 

hemorrhagic strokes, 1093 

hereditary coagulation disorders 
and, 1094-1095 

hypertension and, 1095-1096 

ischemic cerebral infarction and, 
1080 

metabolic causes of, 1090 

Moyamoya disease and, 
1085-1088 

outcome of, 1092-1093 

prothrombotic disorders and, 
1091 

radiation vasculopathy and, 1089 

sickle cell disease and, 1090 

treatment of, 1092-1093 


Arteriovenous malformations (AVMs) 
in children, 1093-1094 


Arteritis 
giant cell 
neurologic manifestations of, 
141-147 
Takayasu's 
neurologic manifestations of, 
145-147 
temporal 
neurologic manifestations of, 
141-145. See also Temporal 
arteritis 
Arthritis 
rheumatoid 
neurologic manifestations of, 
160-166. See also 
Rheumatoid arthritis 


Arthropod stings 
neurologic manifestations of, 133 
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Ataxia(s) 

genetic, 727-759. See also Genetic 

ataxias 

Atherosclerotic cerebrovascular disease 

in children, 1091-1092 
Atlantoaxial impaction 

in rheumatoid arthritis, 163-164 
Atlantoaxial subluxation 

in rheumatoid arthritis, 162-163 
Atrial fibrillation 

cardiogenic embolism and, 182 

stroke and 

management of, 184-185 

Atrial flutter 

cardiogenic embolism and, 185 
Atrial myxomas 

cardiogenic emboiism and, 188 
Atrial septal aneurysms 

cardiogenic embolism and, 189 
Autism 

in tuberous sclerosis complex, 943-945 


Autosomal dominant ataxia, 728-738 


Autosomal dominant disorders 
neurogenetic, 628 
Autosomal dominant dopa-responsive 


dystonia, 1149-1150 


Autosomal recessive ataxia 
with childhood and juvenile onset, 
740-745 
Autosomal recessive diseases 
neurogenetic, 628 


Autosomal recessive guanosine 
triphosphate cyclohydrolase 
deficiency, 1147 

AVMs. See Arteriovenous malformations 

AVMs 

Axillary neuropathies 
approach to patient with, 457-458 

Axonal neuropathies 


neurons and, 679-680 


Azathioprine 
for neurosarcoidosis, 74 


B 





Backward subluxation 
in rheumatoid arthritis, 164 
Bacterial meningitis 
corticosteroids in, 1017-1018 
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Bassen-Kort sease, 742-743 


Becker musc yphy. 646-651 
Behcet’s dise 


neurok estations of, 


Benign mon 
Bethlem my) 


Biochemica 
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Bone diseases 
metabe 
al parathyroidism, 48—51 


Bone marrow plantation 
for lysos rage disorders, 884 


Botulism 
electrod stic approach to 


fin 529_5x3 


nn 


Brachial plex 
pathophys c subtypes of 
elec 1ostic manifestations 
29-434 
suspecte 


patient with, 


ction to, 423-424 


Brachial plex 
anatomy 424-428 


issessment of, 


446-450 


elements 


436-445 
nerve, 442 
APR, 438 
APR, 438-439 
APR, 439 
APR, 439-440 
cord, 442 
ink, 442 
cord, 442 
lian nerve, 443 
trunk, 44] 
sculocutaneous nerve, 
442-443 
sterior cord, 442 
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Brachial plexus (continued ) 

radial nerve, 443 
Tl APR, 440 
ulnar nerve, 443 
upper trunk, 441 

assessment of MABC nerve, 
443-445 

lesions of 
classification of, 428-429 


Brain 
transplantation of genetically modified 
cells into 
in gene therapy for CNS in 
lysosomal storage disorders, 
893-895 : 


Brain development, 917-938 

cell proliferation in, 923-924 

cobblestone lissencephaly in, 930-932 

disorders of differentiation in, 926 

disorders of segmentation in, 919-920 

genetics of, 917-938 

glial proliferation disorders in, 
924-925 

hemimegalencephaly in, 925 

heterotopias in, 933-934 

LISI genetic syndromes in, 928-929 

lissencephaly in, 927 

megalencephaly in, 925 

migration disorders in, 927 

nervous system segmentation in, 
918-919 

neural tube formation in, 918 

neuronal differentiation in, 925-926 

neuronal disorders in, 924—925 

neuronal migration in, 926-927 

overview of, 918 

polymicrogyria in, 932-933 

prosencephalon cleavage in, 920 


septo-optic dysplasia in, 923 
Breathing irregularities 
Rett syndrome and, 1130-1131 


British and Danish familial dementia, 
799-800 


Bulbospinal neuronopathy. 550 


Cc 
CADASIL. See Cerebral autosomal 
dominant arteriopathy with subcorticol 


infarcts and leukoencephalopathy 


CADASIL 





Calcific aortic stenosis 

cardiogenic embolism and, 187 
Calcium 

metabolism of 


muscle disorders associated with, 

48-53 

Calcium disturbances 
neurologic manifestations of, 233-235 


Campylobacter-associated Guillain Barre 
syndrome 
neurologic consequences of, 209-210 
Cancer 
neurologic manifestations of, 85-122, 
269 


Cardiac valves 
prosthetic 
cardiogenic embolism and, 
186-187 


Cardiogenic embolism 

acute myocardial infarction and, 
185-186 

atrial fibrillation and, 182-185 

atrial flutter and, 185 

atrial myxomas and, 188 

atrial septal aneurysms and, 189 

calcific aortic stenosis and, 187 

causes of, 181-182 

clinical presentation of, 180-181 

diagnosis of, 180-181 

epidemiology of, 179-180 

infective endocarditis and, 187 

mitral valve prolapse and, 187-188 

neurologic manifestations of, 179-193 

patent foramen ovale and, 188-189 

prosthetic cardiac valves and, 
186-187 

rheumatic mitral stenosis and, 187 

sick-sinus syndrome and, 185 


Catheter angiography 
in children, 980 


Cavernous malformations 
in children, 1070-1071 
clinical features of, 1071 
diagnostic studies of, 1071 
outcome of, 1071 
treatment of, 1071 


Central core disease, 665-666 


Central nervous system (CNS) 
BH4 in, 1148 
in children 
neuroradiology of, 965-982 
advanced CT applications 
in, 977 
advanced ultrasound 
techniques in, 977 
catheter angiography in, 
980 
MRI 
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advanced 
applications of, 
965-977 
noninvasive vascular 
imaging, 968-969 
nuclear medicine SPECT 
PET imaging in, 
978-980 
in lysosomal storage disorders 
gene therapy for, 881-903. Se« 
also Lysosomal storage 
disorders gene the rapyv jor 
CNS 
in infections of 
HIV-1 infection/AIDS-related. 
997 


Central nervous system (CNS) disorders 
evaluation of 
needle EMG in, 394-395 


Central nervous system (CNS) infection 
during immunosuppression, 1-22 
clinical manifestations of, 2-3 
CMV, 13-14 
cryptococcal meningitis, 12 
diagnosis of, 3-9 
brain biopsy in, 8-9 
tests in, 3-9 
Epstein-Barr virus. 
herpes simplex virt 
herpesviruses, 12 
HIV infection, | 
human herpesvirus-6, 14 
JC virus, 14-15 
mycobacterium tuberculosis. 15 
toxoplasmosis, 9 


treatment of, 9-15 


14 


varicella zoster virus, 14 


Central nervous system (CNS) vasculopathy 
drug abuse and. 130-131] 


Central sleep apnea 


neurologic complications of, 


Central venous thrombosis (CVT) 
in children. 1061-1077 

anatomy related to. 
1061-1062 

clinical presentation of, 
1062-1063 

outcome of, 1068-1069 

pathophysiology of, 1062 

radiographic features of. 
1063—1065 

risk factors for, 1065-1067 

treatment of. 1067-1068 


Cerebellar ataxia 
early onset 
with retained reflexes, 741-742 
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Cerebellar dege 
autoim! 
clinical 
patient 


Cerebellar 


lissencey 


Cerebral autos minant arteriopathy 
with subc farcts and 
leukoenc yathy (CADASIL), 
800-805 


Cerebral infi 


ischemic 


Cerebral vasc 
in child 


Cerebrovasc 
atherosc 
in ¢ 91-1092 
Cervicoceph | dissection 


in child 


Charlevoix-S 


spasul 


Children 
AIDs 
arterial s 1079-1100. See also 
{ s, in children 
centra mbosis in, 
1061-1077. See also Central 
CVT), in 


enceph 1013-1038. See also 

I n children 

LCMV )27 

meningit 1013-1038. See also 
V hildren 


ers in, 1101-1124. 


S nent disorders, in 


moveme 


cents 
neuro! CNS in. 965-982. 


S nervous system 
polyart 


Chronic my 
in hypo} 


Cirrhosis 


cerebra 


CMTI1 
EGR2 n ind, 696-697 
CMTIA 
PMP22 duplication and, 690-691 
PMP2?2 n tions and, 691-692 
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CMTIB 
MPZ mutations and, 692-695 
CMT1X 
GJBI mutations and, 695-696 
CMT2-like phenotype 
MPZ mutations and, 692-695 
CMV. See Cytomegalovirus (CMV 
CNS. See Central nervous system (CNS 
CNS infection. See Central nervous system 
CNS) infection 
Coagulation disorders 
acquired 
in children, 1094-1095 
hereditary 
in children, 1094—1095 
Cobalamin deficiency 
megaloblastic anemia caused by, 
265-266 
Cobblestone lissencephaly, 930-932 
Cockayne’s syndrome, 744-745 
Cogan’s syndrome 
neurologic manifestations of, 169-170 
Complex genetic disease, 870-872 
Complex repetitive discharges 
spontaneous activity on needle EMG 


enerated from muscle fibers and, 


3-374 


g 
~ 
x 


Computed tomography (CT) 
advanced applications of 
in children, 977 
Congenital and metabolic ataxia, 745-747 


Congenital heart disease 
in children, 1080-1085 


Congenital infections, 1039-1060. See also 

specific infection 

CMV, 1039-1043 

conditions mimicking, 1055 

herpes simplex virus type 2, 1046-1049 

lymphocytic chorioimeningitis virus, 
1051-1052 

rubella, 1052-1054 

syphilis, 1054-1055 

Toxoplasma gondii infection, 
1044-1046 

varicella zoster virus, 1050-1051 


Congenital muscular dystrophies, 661—667. 
See also specific disorder and Muscular 
dystrophies, congenital 


Congenital myasthenic syndromes 


electrodiagnostic approach to 
findings in, 583-585 


Connective tissue diseases 
mixed 
neurologic manifestations of. 
168—169 
neurologic manifestations of, 133-134, 
151-178. See also specific diseases 
Behcet's disease, 170—173 
Cogan’s syndrome, 169-170 
relapsing polychondritis, 173-175 
rheumatoid arthritis, 160-166 
juvenile, 166-168 
scleroderma, 158-160 
SLE, 151-158 
Corticosteroid(s) 
for neurosarcoidosis, 73 
in bacterial meningitis, 1017-1018 
Counseling 
genetic. See Genetic counseling 
Cramp discharges 
spontaneous activity on needle EMG 
generated from nerve/motors 


neurons and, 378-379 
Creutzfeldt-Jakob disease, 795-799 


Cryoglobulinemia 
neurologic manifestations of, | 


Cryoglobulinemic neuropathy 
vasculitic neuropathy and, 106 


Cryptococcal meningitis 
diagnosis and treatment of, 12 


CT. See Computed tomography (CT 


Cyanocobalamin deficiency 


neurologic consequences of, 213-215 


Cyclosporine 
44 


for neurosarcoidosis, 73-74 


Cytogenetic testing 
in neurogenetic disease, 634 


Cytomegalovirus (CMV), 1039-1043 
clinical manifestations of, 1040-1041 
diagnosis and treatment of, 13—14 
diagnosis of, 1041-1042 
epidemiology of, 1039-1040 
prevention of, 1042-1043 
prognosis of, 1042-1043 
treatment of, 1042-1043 


D 





Dementia(s) 
inherited, 781-810. See also Inherited 
dementias 
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Demyelinating neuropathies 
myelinating Schwann cells and, 
680-684 
neurologic manifestations of, 
102-106 


Dialysis 


neurologic complications of, 2 


Dialysis disequilibrium syndrome 


neurologic complications of, 2 


Dialysis encephalopathy 


neurologic complications of, 2 


Differentiation 
disorders of 
in brain development, 926 
Dihydropteridine reductase deficiency, 
1147 
Distal myopathies, 668-671 
Laing distal myopathy, 669 
Miyoshi myopathy, 669 
myofibillary myopathy/desmin-related 
myopathy, 669-671 
tibial muscular dystrophy, 668-669 
Welander distal myopathy, 668 


Distal superficial peroneal mononeuropathy 
approach to patient with, 494-495 


Dopamine beta-hydroxylase deficiency. 


1152-1153 . 
Dopa-responsive dystonia, 77 
DRPLA, 738-739 


Drug(s) 
arterial strokes due to 
in children, 1089 
movement disorders in children and 
adolescents caused by. 
1114-1116 


vasculitis caused by, 131 


Drug abuse 
CNS vasculopathy and, 130-131 


DSS 
EGR2 mutations and, 696-697 
VUPZ mutations and, 692-695 
PMP22 mutations and, 691-692 


Duchenne muscular dystrophy, 
646-651 


Dystonia, 772 
autosomal dominant dopa-responsive, 
1149-1150 
dopa-responsive, 


DYT1, 772-773 


174775 


Dystonia-parkinsonism, 77 
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E 





Early-onset ce itaxia with retained 


reflexes 
EGR2 mutat 

CMTI « 

DSS c¢ 


Elbow 
ulnar n 


yatient with, 


weakne 


iD 


yatient with, 


Electroencep 
in presu 


(EEG) 
ation of epilepsy, 
intracra 
| evaluation of 
1206-1208 
Electrolyte d 


neurolog stations of, 227-239 


Electromyog 
for radic 
) patient with, 
See also 
athy (ies 
yathies, 598-603 
laborat ¢ in, 297-302 


needle. § 


In suspecte 


ectromyography 
] 
overvie 
procedu! 
referral | 
scope or 
single-f 
int scular junction 
568-571 


termino ited with, 291-292 


Embolism 
cardioge 
net inifestations of, 
also 
embolism 


Emery-Dreifus 


656-65 


ir dystrophy, 


EMG. See fF iphy (EMG 


Encephalitis 
defined, } 
in children, 1013-1038 
febrile res and, 1029-1031 
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Encephalitis (continued ) 
human herpesvirus-6 infections 
and, 1029-1031 
West Nile virus, 1027-1029 
limbic, 90-93. See also Limbic 
encephalitis 


Encephalomyelitis/subacute sensory 
neuronopathy, 87-90 
autoimmunity of, 89-90 
clinical features of, 87-88 
patient management of, 90 


Encephalopathy(ies) 

dialysis 
neurologic complications of, 29 

heratic, 241-246. See also Hepatic 
encephalopathy 

uremic, 23-26. See also Uremic 
encephalopathy 

Wernicke’s 
neurologic complications of, 


29-30 


Endocarditis 
infective 
cardiogenic embolism and, 187 


Endocrine disorders 
neuromuscular manifestations of, 
35-58. See also specific disorder 
adrenal insufficiency, 39-41 
5 


glucocorticoid excess, 35—39 


Endplate spikes 
in spontaneous activity on needle 
EMG generated near 
neuromuscular junction, 369 


Enzyme replacement therapy 
for lysosomal storage disorders, 
883-884 


Epilepsy 
intractable pediatric, 1183-1194 
medial intractability, 1196-1197 
surgery for 
one-stage operative strategy in. 
1208 
presurgical evaluation, 
1195-1215 
fMRI in, 1204 
frontal lobe onset and, 1198 
intracranial EEG in, 
1206-1208 
MRI in, 1202-1204 
MRS in, 1204 
neuroimaging in, 1202-1209 
neuropsychologic evalua- 
tion in, 1205-1206 
occipital lobe onset and, 


1199 


parietal lobe onset and, 
1199 
PET in, 1204-1205 
physical examination in, 
1199-1202 
seizure semiology in, 1197 
temporal lobe onset and, 
1198 
two-stage operative strategy in, 
1209 
treatment of 
new drugs in, 1163-1182 
felbamate, 1174-1175 
fosphenytoin, 1175-1176 
gabapentin, 1167-1168 
lamotrigine, 1171-1173 
levetiracetam, 1168-1170 
oxcarbazepine, | 166—1167 
stiripentol, 1176 
sulthiame, 1176 
tiagabine, 1173-1174 
topiramate, 1163-1164 
vigabatrin, 1164-1166 


zonisamide, 1170-1171 
Episodic ataxia, 739-740 
Epstein-Barr virus 


diagnosis and treatment of, 13 


79 


Essential thrombocytosis 
neurologic manifestations of, 270-2 


Ethical issues 
in neurogenetic disease diagnostic 
testing, 639-641 
Exercise physiology 
in mitochondrial disorder detection, 
825 
Extremity(ies) 
lower. See Lower extremities 
upper. See Upper extremities 


F 





F response, 345-353. See also F 
analysis of, 341-349 
clinical application of, 350 
physiology of, 341-349 
technique of, 349-350 

F waves. See also F response 
vs. H reflexes, 345 

Facioscapulohumeral muscular dystrophy, 


655-656 
Familial fatal insomnia, 798-799 


Familial prion diseases, 795-799 
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‘amilial spastic paraplegia, 711-726. See 
also Hereditary spastic paraplegia 


‘asciculation potentials 
spontaneous activity on needle EMG 
generated from nerve/motors 
neurons and, 376 


‘ebrile seizures 
encephalitis-related, 1029-1031 


elbamate 
for epilepsy, 1174-1175 


emoral mononeuropathy 
approach to patient with, 495-498 


ibrillation potentials 
spontaneous activity on needle EMG 
generated from muscle fibers and, 
369-371 
inger drop 
approach to patient with, 458-462 


‘olic acid deficiency 
neurologic consequences of, 
215-216 
Foot 
pain/numbness of 
approach to patient with, 
490-495 
distal superficial peroneal 
mononeuropathy, 
494-495 
tarsal tunnel syndrome, 
490-492 
anterior, 492-494 
weakness of 
approach to patient with, 
481-490 
peroneal mononeuropathy, 
481-488 
sciatic mononeuropathy, 
488-490 


Forearm/wrist/hand 
pain and weakness/numbness in 
approach to patient with, 
462-474 
Fosphenytoin 
for epilepsy, 1175-1176 
Friedreich’s ataxia, 740-741 
Frontotemporal dementias, 790-795 
tauopathies related to, 790-795 
Fukuyama muscular dystrophy, 664 
Functional MRI 
in presurgical evaluation of epilepsy, 
1204 
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Gabapentin 


for ep 


Gammopat! 
monoc 


Gastric surg 


neurok 


Gastrointest 


neuro! 


Gene(s) 


and dise 


Gene express 


high-de 
prof 


spotted c 
techni 


oO 


Gene theray 
for CNS 


] 


yr 


GeneTests 


clinical tes 


Genetic(s), 869-879 
arterial s 
10 ) 
of brair 
of mitoc 
hete 


materi 


* neurofibr 





anifestations of, 274 
ences of, 210-212 


iences of, 195-225 
‘-associated 
n-Barre syndrome, 


nin deficiency, 
leficiency, 215-216 
210-212 
195-201 
bowel disease, 
iciency, 212-213 
eficiency, 217-218 
e, 201-202 
eficiency, 216-217 


204-209 


sease 


872-876 

1etic oligonucleotide 
874 

pression in regions of 
876 


roarrays in, 


| storage 
903. See also 
rage disorders 


CNS in 


881 


irogenetic diseases 


children caused by. 


nent, 917-938 
813-815 
mitotic segrega- 


id threshold effect, 


‘ritance and, 813 


itosis 1, 855 
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Genetic ataxias, 727-759. See also specific 
types, e.g., Spinocerebellar ataxias 
abetalipoproteinemia, 742-743 
ataxia with vitamin E deficiency, 742 
autosomal dominant ataxia, 728 
autosomal recessive ataxia 

with childhood and juvenile 
onset, 740-745 
Cockayne’s syndrome, 744-745 
congenital and metabolic ataxia, 
745-747 
defective DNA repair—related 
disorders, 744-745 
diagnosis of 
strategies in, 748-750 
DRPLA, 738-739 
episodic ataxia, 739-740 
Friedreich’s ataxia, 740-741 
mitochondrial disorders, 747 
peroxisomal disorders, 747 
recessive ataxia with ocular motor 
apraxia, 743 
spastic ataxia of Charlevoix-Saguenay, 
743-744 
spinocerebellar ataxias, 728-738 
sporadic ataxia, 747—748 
trichothiodystrophy, 745 
Xeroderma pigmentosum, 744 
X-linked ataxia, 745 

Genetic counseling 

in hereditary spastic paraplegia, 
719-720 
in neurogenetic disease, 623-625 

Genetic diseases 

of muscle, 645-678. See also 
Muscle(s), genetic diseases of 

Genetic testing 

in neurogenetic disease, 625 
biochemical, 673-634 
cytogenetic, 634 
molecular, 632-633 

Genitofemoral mononeuropathy 
approach to patient with, 501-502 

Genomic(s), 869-879 

Genomic disorders 
neurogenetic, 629-630 

Gerstmann-Striussler-Scheinker disease, 
795-799 

Giant cell arteritis 
neurologic manifestations of, 

141-147 

GJBI mutations 

CMTIX caused by, 695-696 


Glial proliferation disorders, 924—925 


Glioma(s) 
optic pathway 
in neurofibromatosis 1, 849-851 
Glucocorticoid excess, 35—39 
causes of, 35-37 
clinical presentation of, 37 
differential diagnosis of, 38 
evaluation of, 39 
pathogenesis of, 35-37 
treatment of, 39 


Gluteal mononeuropathy 
approach to patient with, 499 


Gluten sensitivity 


neurologic consequences of, 195-201 


Glycoprotein antibodies 
anti—myelin-associated 
demyelinating neuropathies and, 
103-104 


Granulomatosis 
allergic 
neurologic manifestations of, 128 
Wegener's 
neurologic manifestations of, 
137 141. See also UV egener § 
granulomatosis 
Graves ophthamopathy, 44 
Groin 
numbness of 
approach to patient with, 
499-502 
Guillain-Barré syndrome 
Campylobacter-associated 


neurologic consequences of, 
209-210 


H 

H reflex(es), 339-345 
clinical uses of, 343-345 
normal findings in, 
physiology of, 339 
recording technique in, 342-343 
vs. F waves, 345 





~ 
3 
~ 

3 


43 
42 


Hallervorden-Spatz syndrome, 769-770 


Hand(s) 
weakness/numbness in 
approach to patient with, 
474-477 


Heart disease 
congenital 
in children, 1080—1085 


Hematologic disorders 
neurologic manifestations of, 265-281 
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amyloidosis. 276 
anemias, 265-267 
cancer-related, 269 
essential thrombocytosis, 


270-271 


hypercoagulable states, 268-269 


leukemias 
acute, 27] 
lymphoblastic 
acute, 272-273 
lymphocytic 
chronic, 273-274 
myelogenous 
acute, 2 


malignancy-related, 269 


71272 


monoclonal gammopathies, 274 


multiple myeloma, 274-275 

myeloproliferative disorders, 
269-276 

POEMS, 276 

polycythemia vera, 270 

pregnancy-related, 269 

sickle cell disease, 266-267 

thrombocytopenia, 267-268 

Waldenstrém’s 
macroglobulinemia, 
75 76 

Hematoma 
subural 


neurologic complications of, 3 
Hemimegalencephaly, 925 


Hemorrhagic strokes 
in children, 1093 


Henoch-Schoénlein purpura 

neurologic manifestations of, 134 
Heparin 

thrombocytopenia induced by. 267 


Hepatic encephalopathy, 241-246 
cerebral dysfunction in 
defined, 242-244 
neuroimaging in, 244—245 
quality of life with, 241-242 
terminology related to, 245 
treatment decisions related to, 246 


Hereditary ataxias, 727-759. See also 
Genetic ataxias 


Hereditary coagulation disorders 
in children, 1094-1095 


Hereditary spastic paraplegia, 711-726 
classification of, 711 
clinical features of, 712 
diagnosis of 
implications of, 714 
differential diagnosis of, 715 


genetic s in, 715-719 
genetic c ng in, 719-720 
laborat € ation in, 714 


muscle | 15 


mutations enes of 


labo testing for, 719 
neuroimag 714 
neurologic nation in, 712-713 
neurop c evaluation in, 714 
prognos 
symme 
sympton 
treatm 


Herpes simplex 


diagnosis eatment of, 12-13 


Herpes simple 
1046 
clinical n tions of, 1048 
diagnosis 18-1049 
epidemi 046-1048 


prevent 


HSV) type 2 


prognosis 


treatme 


Herpes simpl (HSV) vectors 
for lysos rage disorders, 


RRS 


Herpesvirus(e 
diagnosis eatment of, 12-15 
gene the CNS in, 891-892 


Heteroplasn 
defined 
skewed 


Gese 


Heterotopia(s 


in brait 


High-altitude 
clinical fe 
neurol 
pathophs 
treatme! 

High-density 
arrays 
in gene e ssion studies, 873-874 


ligonucleotide 


HIV infectior na 
immune rus (HIV) infection 
HIV-1 infectic See Human 
immun irus-1 (HIV-1 
infectior 
HNPP 
PMP2? delet ind, 689-690 
PMP22 mutations and, 691-692 


~ 


Holoprosencephaly, 920-923 





1228 Index | Neurol Clin N Am 20 (2002) 1217-1243 


Homoplasmy 
defined, 814 


Human herpesvirus-6 infections 
diagnosis and treatment of, 14 
encephalitis-related, 1029-1031 


Human immunodeficiency virus (HIV) 

infection 

immunosuppression associated with, 
1-2 

Human immunodeficiency virus-1 (HIV-1) 

infection, 983-1011 

cerebrovascular complications of, 
998-999 

changing epidemic of, 984-986 

CNS complications of, 997-999 

CNS infections with, 997 

epidemiology of, 984-990 

management of, 999-1000 

neoplasms associated with, 997-998 

neuroepidemiology of 
changes in, 993-994 

neurologic disorders associated with, 
990-999 

peripheral nervous system involvement 
in, 999 

transmission of, 988-989 


Human immunodeficiency virus-1 (HIV-1) 
infection/AIDS—associated CNS 


disease, 991-993 


Human immunodeficiency virus-1 (HIV-1) 
infection/AIDS-associated neurologic 
disorders 
management of, 1001-1003 


Human immunodeficiency virus-1 (HIV-1) 
infection—associated CNS disease 
neuropathology of, 994-997 

Huntington’s disease, 762-765 
clinical features of, 762 
genetic testing in, 763-764 
genetics of, 763 
juvenile, 762-763 
pathologic studies of, 764 
treatment of, 764-765 


Hypercalcemia 

neurologic manifestations of, 
Hypercoagulable states 

neurologic manifestations of, 
Hyperkalemia 

neurologic manifestations of, 
Hypermagnesemia 

neurologic manifestations of, 2 
Hypernatremia 

neurologic manifestations of, 2 


Hyperparathyroidism 
primary and secondary 
metabolic bone disease and, 
48-51 


Hyperphenylalaninemia 
neurotransmitter deficiency states 
with, 1146 
neurotransmitter deificiency states 
without, 1148-1149 


Hypersensitivity angiitis 
neurologic manifestations of, 131—137 


Hypertension 
arterial strokes in children caused by, 
1095-1096 


Hyperthyroidism, 41-44 
causes of, 41-42 
clinical presentation of, 42-43 
differential diagnosis of, 43 
evaluation of, 43 
pathogenesis of, 41-42 
treatment of, 43-44 


Hyperventilation syndrome 
clinical features of, 260-261 
diagnosis of, 262 
neurologic complications of, 260-263 
pathophysiology of, 261-262 
treatment of, 262-263 


Hypocalcemia 
neurologic manifestations of, 234 


Hypocomplementemic vasculitis 
neurologic manifestations of, 134-135 


Hypokalemia 


neurologic manifestations of, 232-233 


Hypomagnesemia 
neurologic manifestations of, 
235-236 
Hypomelanotic macules 


in tuberous sclerosis complex, 


945-946 


Hyponatremia 
neurologic manifestations of, 
WIR 23] 
228-2: 


Hypoparathyroidism, 51—52 
chronic myopathy in, 53 


Hypopituitarism, 48 


Hypothyroidism, 44-46 
causes of, 44-45 
clinical presentation of, 45 
differential diagnosis of, 45 
evaluation of, 45-46 
pathogenesis of, 44-45 
treatment of, 46 
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[liohypogastric mononeuropathy 
approach to patient with, 501-502 





Ilioinguinal mononeuropathy 
approach to patient with, 501-502 


Immunosuppression 
CNS infection in, 1-22. See also 
Central nervous system (CNS 
infection, during 
immunosuppression 
HIV infection and, 1—2 
transplantation and, 2 


Inclusion body myositis, 552-553 


Infant(s) 
polyarteritis nodosa in, 129-1 


‘ 


30 
Infantile parkinsonism, 1151-1152 
Infection(s) 
CNS 
neurologic manifestations of, 
congenital, 1039-1060. See also 


Congenital infections 


Infective endocarditis 
cardiogenic embolism and, 187 


Inflammatory bowel disease 
neurologic consequences of, 202-204 


Inherited dementias, 781-810. See also 
specific disorders, e.g., A/zheimer’s 

disease, familial 

British and Danish familial dementia, 
799-800 

CADASIL, 800-805 

familial prion diseases. 799 

frontotemporal dementias, 790 


795 


795 


Inherited movement disorders, 761-780. Sec 
also specific disorder, e.g., 
Huntington's disease 
dopa-responsive dystonia, 77 
dystonia, 7 : 
dystonia-parkinsonism, 773 
Hallervorden-Spatz syndrome, 

769-770 
Huntington’s disease, 762 
myoclonus-dystonia syndrome, 

abe sey ) 
neuro-acanthocytosis, 77 
Parkinson’s disease, 765 
paroxysmal kinesogenic 

choreoathetosis, 770 
Wilson’s disease, 768-769 


79772 


65 


768 


Inherited neuropathies, 679-709 
classification of, 685-689 
problems associated with, 
687-689 
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LCMV. See Lymphocytic choriomeningitis 
virus (LCMV 


Leg(s) 
weakness of 
approach to patient with, 

495-499 

femoral mononeuropathy, 
495-498 

gluteal mononeuropathy, 
499 

obturator mononeuropa- 
thy, 498-499 


Lentivirus 
gene therapy for CNS in, 893 


Lentivirus vectors 
for lysosomal storage disorders, 
888-889 


Leukemia(s) 
acute 
neurologic manifestations of, 271 
lymphoblastic 
acute 
neurologic manifestations 
of, 272-273 
chronic 
neurologic manifestations 
of, 273-274 
myelogenous 
acute 
neurologic manifestations 


of, 271-272 


Levetiracetam 
for epilepsy, 1168-1170 


Limb-girdle muscular dystrophies, 651—655 
autosomal dominant, 651-652 


autosomal recessive, 652—655 


Limbic encephalitis, 90-93 
autoimmunity of, 91-92 
clinical features of, 90-91 
patient management of, 92-93 


LIS1 genetic syndromes, 928-929 


Lisch nodules 


of iris, 957 


Lissencephaly, 927 
classic, 927-928 
cobblestone, 930-932 
isolated, 929 
with cerebellar hypoplasia, 930 
X-linked, 929-930 


Long QT syndrome 
genotype-specific therapy for, 877 


Long thoracic neuropathies 
approach to patient with, 454 


Lower extremities 
mononeuropathy of 
suspected 

approach to patient with, 
481-503. See also 
specific site, e.g., Foot 

foot pain/numbness, 
490-495 

foot weakness, 481-490 

groin and thigh numbness. 
499-502 

introduction to, 481] 

proximal leg weakness, 


495-499 


Lymphocytic choriomeningitis virus 
(LCMV), 1051-1052 
clinical manifestations of, 1051-1052 
diagnosis of, 1052 
epidemiology of, 1051 
in children, 1022-1027 
prevention of, 1052 
prognosis of, 1052 
treatment of, 1052 


Lymphoma(s) 
demyelinating neuropathies and, 
102-103 


Lysosomal storage disorders 
bone marrow transplantation for, 884 
current therapies for, 883-885 
enzyme replacement therapy for, 
883-884 
gene therapy for CNS in: 881-903 
adeno-associated viral vectors, 
892-893 
adenovirus, 892 
direct viral vector delivery. 891 
gene transfer into hemtopoietic 
cells, 889-891 
herpesvirus, 891-892 
lentivirus, 893 
systemic, 889-89] 
transplantation of genetically 
modified cells into brain, 
893-895 
viral vectors of, 884-889. See also 
Viral vectors, for lysosomal 
storage disorders 


M 





Machado-Joseph disease, 734 


Macroglobulinemia 
Waldenstrém’s 
neurologic manifestations of, 
275-276 


Magnesium disturbances 
neurologic manifestations of, 2 


25 4927 
35—Z35 
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Magnetic resonance angiography (MRA) 
in children, 968-969 


Magnetic resonance imaging (MRI) 
advanced applications of 
for CNS in children, 965-977 
diffusion-weighted MRI, 
965-968 
diffusion-weighted, 965-968 
functional 
in presurgical evaluation of 
epilepsy, 1204 
in presurgical evaluation of epilepsy. 
1202-1204 


Magnetic resonance spectroscopy (MRS) 
in children, 969-975 
in presurgical evaluation of epilepsy, 
1204 


Magnetic resonance venography 
in children, 968-969 


Magnetoencephalography 
in presurgical evaluation of epilepsy, 
1202 
Malignancy(ies) 
CNS 
neurologic manifestations of, 
132-133 
neurofibromatosis |—related, 851 
neurologic manifestations of, 269 


Markesbery-Griggs/Udd, 668-669 


Medial intractability epilepsy, 1196-1197 


Median neuropathy 
at wrist 
approach to patient with, 
464-470 
in arm/forearm 
approach to patient with, 
462-464 
Megalencephaly, 925 


Megaloblastic anemia 
cobalamin deficiency and, 265-266 


Mendelian disease, 869-870 


Meningitis 
bacterial. See Bacterial meningitis 
cryptococcal 
diagnosis and treatment of, 12 
defined, 1013 
in children, 1013-1038 


Mental retardation 

in tuberous sclerosis complex, 943 
Meralgia paresthetica 

approach to patient with, 499-500 
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genetics 


Mitochondria DNA nt mutations, 
816-819 


Mitochondri 747, 811-841. See 
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Monoamine 
1154 


oxidase A and B deficiency, 


Monoamine oxidase A deficiency, 1153 


Monoamine oxidase B deficiency, 1154 


Monoamine oxidase deficiency, 1153 


Monoclonal gammopathies 
neurologic manifestations of, 274 


Mononeuropathy(ies) 
distal superficial peroneal 
approach to patient with, 
494-495 
femoral 
approach to patient with, 
495-498 
genitofemoral 
approach to patient with, 499 
iliohypogastric 
approach to patient with, 
501-502 
ilioinguinal 
approach to patient with, 
501-502 
lateral femoral cutaneous 
approach to patient with, 499-50 
obturator 
approach to patient with, 
498-499 
peroneal. See Peroneal 
mononeuropath) 
sciatic 
approach to patient with, 
488-490 
suspected 
of lower extremities 
approach to patient with, 
481-503. See also 
specific type and 
Lower extremities, 
mononeuropathy of 
suspected, approach 
to-patient with 
of upper extremities 
approach to patient with, 
453-409. See also spe- 
cific type and Upper 
extremities 
mononeuropathy of, 


suspected 


Motor conduction studies 
in ALS, 


535-537 
Motor neuron disease 
neurologic manifestations of, 101 
suspected. See also specific disease, 
e.g., Amyotrophic lateral sclerosis 
ALS 


4m 20 (2002) 1217-1243 
approach to patient with, 
529-547 


Motor unit action potentials (MUAPs) 
in suspected myopathies, 596-597 
voluntary 

needle EMG examination of, 
380 395. See also Needle 
electromyography (EMG 
in voluntary MUAP 
evaluation 


Motor unit number estimate 
in ALS, 537-538 


Movement disorders 
in children and adolescents, 
1101-1 124. See also specific 
disorder 
drug-induced, 1114-1116 
streptococcal infections 
autoimmune 
neuropsychiatric 
disorders 
associated with, 
1112-1114 
Sydenham chorea, 1108-1 
tics, 1102-1108 
inherited, 761-780. See also Inherited 
movement disorders 


112 


Moyamoya disease 
in children, 1085 


VUPZ mutations 
CMT1B caused by, 692-695 
CMT2-like phenotype caused 
692-695 
DSS caused by, 692-695 
MRI. See 
MRI 


1088 
by. 


{ 


Magnetic resonance imaging 


MRS. See Magnetic resonance spectroscop\ 
URS 


Multifocal motor neuropathy with 
conduction block, 551 


Multiple myeloma 
neurologic manifestations of, 27 
Muscle(s) 
genetic diseases of, 645-678 
congenital muscular dystrophies 
and myopathies, 661-667 
distal myopathies, 668-671 
myotonic dystrophies, 658-661 
Muscle biopsy 
in mitochondrial disorder detection, 
825-827 
Muscle disorders 
glucocorticoid abnormalities 
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associated with, 35-41 


of calcium and vitamin D metabolism, 


48-53 
pituitary function and, 46-48 
thyroid disease and, 41-46 


Muscle-eye-brain disease, 664-665 


Muscular dystrophies, 646-658. See also 
specific disorders, e.g., Duchenne 
muscular dystrophy 
Becker muscular dystrophy, 646-651 
congenital, 661-667. See also specific 

disorder 
Bethlem myopathy, 665 
central core disease, 665-666 
Fukuyama muscular dystrophy, 
664 
MDCIA, 662 
MDCIC, 662-664 
merosin-deficient, 662 
muscle-eye-brain disease, 
664-665 
myotubular myopathy, 666-667 
nemaline myopathy, 667 
rigid spine muscular dystrophy, 
665 
Ullrich scleromatic muscular 
dystrophy, 665 
Duchenne muscular dystrophy, 
646-651 
Emery-Dreifuss muscular dystrophy, 
656-657 
facioscapuloliumeral muscular 
dystrophy, 655-656 
limb-girdle muscular dystrophies, 
651-655 


Musculocutaneous neuropathies 
approach to patient with, 457 


Mutation(s). See also specific types 
in neurogenetic disease 
range of, 631-632 
nDNA, 819-822 
point 
mitochondria DNA, 816 


Myasthenia gravis 
electrodiagnostic approach to 
findings in, 571-578 
Myasthenic syndrome 
congenital 
electrodiagnostic approach to 
findings in, 583-585 


Mycobacterium tuberculosis 
diagnosis and treatment of, 15 


Myelinating Schwann cells 


and demye 
680 
Myeloma 
multiple 


neu! 


Myelopathy(ies 
neurologic 

Myeloproliferat 
neurologic n 


See 


Myocardial in 
acute 


cardioge! 


Myoclonus-dys 


Myofibrillary 
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spontaneous 
gene 


neu! 


Myopathy(ies) 
Bethlem 
distal, 668 

disord 
in hypop 
Miyoshi, 
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neurologic 
proximal 
suspected 


appl 
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manifestations of, 
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nifestations of, 99 
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378 
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oidism, 53 
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660-661 


patient with, 


589-605 
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Myositis 
inclusion 
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gen 


374 


Myotonic dystrophi 


type 1, 658 
type 2, 660 
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Myxoma(s) 
atrial 
cardiogenic embolism and, 188 


N 


nDNA 


mutations in, 819-822 





Needle electrode examination 
in ALS, 538-540 


Needle electromyography (EMG) 
abnormal patterns of, 361-396 
demanding nature of, 361 
equipment in, 362-363 
examination using, 362-364 
fundamentals of, 361-396 
in neuromuscular junction disorder, 

567 
in suspected myopathies, 596 
in voluntary MUAP evaluation, 
380-395 
abnormal findings 
acute myopathic, 392 
acute neuropathic—axonal 
loss, 389 390 
chronic myopathic, 392 
chronic neuropathic—axonal 
loss, 390--39] 
CNS disorders, 394-395 
myopathic-end stage, 392 
neuromuscular junction 
disorders, 393-394 
neuropathic—demyelinating 
lesions, 391 
patterns of, 388-395 
reinnervation following 
severe denervation, 
393 
firing pattern, 386-388 
morphologic aspects, 382-385 
normal findings, 382 
physiologic aspects. 381-382 
stability in, 385-386 
insertional activity on, 364 
needle electrode in, 362-363 
normal patterns of, 361-396 
procedure for, 363-364 
scope of, 292 

spontaneous activity on, 364-380 
analysis of, 365-369 
firing characteristics in, 368-369 
generated from muscle fibers, 

369-376 


complex repetitive dis- 
charges, 373-374 

fibrillation potentials, 
369-371 


myotonoic discharges, 


374-376 
positive sharp waves, 
371-373 
generated from nerve/motor 
neurons, 376-380 
cramp discharges, 378-379 
doublets, 17, 376 
fasciculation potentials, 376 
multiplets, 17, 376 
myokymic discharges, 378 
neuromyotonic discharges, 
379-380 
triplets, 17, 376 
generated near neuromuscular 
junction, 369 
endplate spikes in, 369 
morphology of, 365-368 
role of, 364~365 


stability of, 368 
Nemaline myopathy, 667 


Nerve conduction studies (NCS), 305-337 
amplitude in, 310 
area in, 313 
combined patterns in, 323-324 
components assessed in, 310-31 
conduction block pattern in, 316-320 
conduction failure pattern in, 315-316 
conduction velocity in, 312-313 
differential slowing in, 320-32 
duration of, 311 
focal nerve lesion pathophysiology of, 
313-324 
focal slowing in, 322-3 
in ALS, 533-534 
in neuromuscular junction disorder. 
567 
in suspected myopathies, 595-598 
in suspected radiculopathy, 399-405 
interpretation of, 324~32 
latency of, 311-312 
localization by, 326-336 
anatomy factor in, 331 
duration factor in, 335 
in focal nerve injuries, - 
nerve fascicle factor in, 
nerve fiber localization, 
pathway localization, 336 
point localization, 327 
segment localization, 3 
severity factor in, 332 
scope of, 292 
standard vs. nonstandard, 313 
technical aspects of, 309-310 
types of, 305-313 


* 
2 


>. 
23 


rs 


Nerve/motor neurons 
spontaneous activity on needle EMG 
generated from, 376-380 
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Neuro-acanthocytosis, 771-772 indications 619-620 


Neurocutaneous diseases, 941-964. See also —— fh PESTS SI, 
specific disease rg = 
neurofibromatosis type 1, 954-962 pence ee ; : saan = a 
tuberous sclerosis complex, 941-954 permet ree ris er yo it 

ws | LL Uiso ers. OS oR) 

Neurofibroma(s), 956-957 range of ns in, 631-632 
cutaneous, 956 repeat ex yn diseases, 630 
in neurofibromatosis 1, 846-849 reservoirs 20-621 
plexiform, 956-957 sporadic cases 621-623 

Neurofibromatosis 1, 954-962 sheen Soe 

cognitive problems associated with, Neurologic d 
958-959 HIV-1 

complications of, 959 

dermatologic features of, 955 . 

diagnosis of, 955 defined, 


elated, 990-999 


Neuromuscu 


genetic aspects of, 961 
Lisch nodules of iris, 957 
neurofibromas in, 956-957 
neuroimaging of, 959-961 Neuromusct 


Neuromuscul 


defined 


SA scribe 
neurologic features of, 957-959 descr Fae a 
treatment of, 961-962 diseases ee : 
tumors associated with, 957-959 spontane ctivity on needle EMG 
yer 369 
Neurofibromatosis | (NF1), 843-867 : 
clinical features of, 845-846 Neuromuscular yn disorders 
clinical syndrome of, 844-845 — 
diagnosis of, 844-845 ” gnostic approach to, 


genetic aspects of, $55 59-388. See also specific 


historical perspective of, 843-844 ches, e.g., Repetitive 
incidence of, 844 mutation, in 
malignancies associated with, 851 picts a 
neurofibromas in, 846-849 2 it he 
neurologic complications of, 851-853 ngs in, 371-585 
non-neurologic features of, 853-854 Daas EMG in, 393-394, 
optic pathway gliomas in, 849 se Lay 
treatment of. 861-62 e conduction studies in, 

experimental, 862 ; 
variant presentations of, 854-855 live nerve stimulation 
S60—56 

Neurofibromatosis | (NF1) gene 

identification of, 856-860 


Neurofibromin 
identification of, 856-860 
Neurogenetic disease 


approach to patient with, 619-626 , 
; a neurologic nifestations of, 102 
autosomal dominant disorders, 628 


Neuromyoton 


autosomal recessive diseases, 628 Neuromyotonic rges 


diagnostic testing in, 627-643 spontaneous activity on needle EMG 
ethical issues in, 639-641 gene! rom nerve/motors 
genetic tests in, 632-634 neurons and, 379-380 
limitations of, 639-641 3 
pitfalls in, 639-641 Neuron(s) 

famile history in and axon europathies, 679-680 
importance of, 621 pienhdnisnicier< . 

genetic counseling in, 623-625 spontaneous activity on needle 

enetic disorders, 629-630 MG generated from, 


. A .. 376—380 
genetic testing in, 625 : 
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Neuronal differentiation 


in brain development, 925-926 


Neuronal disorders, 924-925 


Neuronal migration 
in brain development, 926-927 


Neuronopathy 
bulbospinal, 550 


Neuropathy(ies) 


axillary 
approach to patient with, 
457-458 
axonal 
neurons and, 679-680 
cryoglobulinemic 
vasculitic neuropathy and, 106 
demyelinating 
and anti—myelin-associated 
glycoprotein antibodies, 
103-104 
and carcinoma or lymphoma, 
102-103 
and osteosclerotic myeloma, 


104-106 


myelinating Schwann cells and, 


680-684 
neurologic manifestations of, 
102-106 
inherited, 679-709. See also specific 
disorder and Inherited 
neuropathies 
median 
at wrist 
approach to patient with, 
464-470 
in arm/forearm 
approach to patient with, 
462-464 
musculocutaneous 
approach to patient with, 
457-458 
peripheral 
neurologic complications of, 3 
radial 
approach to patient with, 
458-462 
spondylotic, 549-550 
suprascaular 
approach to patient with, 
455-456 
thoracic 
long 
approach to patient with, 
454 
ulnar 
at elbow 
approach to patient with, 
470-474 


(2002) 1217-1243 


vasculitic 
and cryoglobulinemic neuro- 
pathy, 106 


Neuroradiology 


in mitochondrial disorder detection, 
825 


Neurosarcoidosis, 62 


clinical manifestations of, 63-67 
diagnosis of, 67-73 
general aspects of, 62-63 


prognosis of, 76 


treatment of, 73-76 


Neurotransmitter-related disorders, 


1143-1161 

aromatic L-amino acid decarboxylase 
deficiency, 1150 

autosomal dominant dopa-responsive 
dystonia, 1149-1150 

autosomal recessive guanosine 
triphosphate cyclohydrolase 
deficiency, 1147 

dihydropteridine reductase deficiency, 
1147 

dopamine beta-hydroxylase deficiency, 
1152-1153 

excess neurotransmitter level—related 
disorders, 1157-1158 

infantile parkinsonism, 1151-1152 

monoamine oxidase A and B 
deficiency, 1154 

monoamine oxidase A deficiency, | 

monoamine oxidase B deficiency 

monoamine oxidase deficiency, 

pterin-4—alpha-carbinolamine 
dehydratase deficiency, 
1147-1148 

secondary neurotransmitter deficiency 
states, 1154-1155 

Segawa disease, 1149-1150 

sepiapterin reductase deficiency, 
1150-1151 

6—pyruvoyltetrahydropterin synthase 
deficiency, 1146-1147 

succinic semialdehyde dehydrogenase 
deficiency, 1154 

treatment of, 1156-1157 

tryptophan hydroxylase deficiency 
1152 

tyrosine hydroxylase deficiency, 1151 
1152 

undefined neurotransmitters deficiency 
states, 1155-1156 

with hyperphenylalaninemia, 1146 

without hyperphenylalaninemia, 
1148-1149 


Nuclear medicine SPECT/PET imaging 
in children, 978-980 
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O 
Obstructive sleep apnea 
neurologic complications of, 255 





969 


Obturator mononeuropathy 
approach to patient with, 498-499 


Ocular motor apraxia 
recessive ataxia with, 743 


Oculopharyngeal muscular dystrophy, 
657-658 


Ophthalmopathy 
Graves, 44 


Opsoclonus-myoclonus, 96-99 
autoimmunity of, 97-98 
clinical features of, 96-97 
patient management of, 98-99 


Optic pathway gliomas 


in neurofibromatosis |, 849-85] 


Osteomalacia, 5] 


Overlap syndrome 


neurologic manifestations of, 129 


Oxcarbazepine 
for epilepsy, 1166-1167 
P 
Pain 
in suspected peripheral 


polyneuropathy, 509-511 





Parkinsonism 
infantile, 1151-1152 


Parkinson's disease 
clinical features of, 7 
genes causing, 766-76 
genetic forms of 
diagnosis and management of, 
768 


twin and sibling studies in, 766 


Paroxysmal kinesogenic choreoathetosis, 
770-771 


Patent foramen ovale 
cardiogenic embolism and, | 88-189 


Peripheral neuropathy 
neurologic complications of, 30 


Peripheral polyneuropathy 

causes of, 506 

characterization of, 506 

evaluation of, 505-506 

patterns of, 507 

prevalence of, 505 

suspected 

anatomic considerations in, 

507-509 


4m 20 
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patient with, 


tion to, 505-507 


rvous system dys- 
n, 516-517 
ry of, 509-526 


ystic studies in, 
olvement in, 


in, 518-519 


ynsiderations in, 


us manifestations 


ynsiderations in, 


listal sensorimotor 


hies in, 515-516 


Peroneal mo Ly 
approac t with, 481-488 
ax 485, 487 


ck across fibular 


ix 


stic patterns in, 
stic studies in, 
m 
distal sup 
ipp yatient with, 
Peroxisomal « 


PET: See P 
PET 


tomography 


Pharmacoge! 


Pituitary func 
muscle ¢ 
46-48 


sociated with, 


Plexopathy 
brachial. S$ 
PMP2? deleti 


HNPP caus 89 


il plexopathy 


690 

PMP22 duplic 
CMTIA 

PMP22 mutati 
CMTIA cause 
DSS caused by, 691 
HNPP cause¢ 
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692 
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POEMS 


neurologic manifestations of, 276 


Point mutations 
mitochondria DNA, 816-819 


Polyangiitis 
microscopic 
neurologic manifestations of, 128 


Polyarteritis nodosa, 124-128 
clinical features of, 124-125 
clinicopathologic correlation of, 126 
diagnosis of, 126-127 
in infants and children, 129-130 
limited to nerve and muscle, 125 
neurologic manifestations of, 124-128 
prognosis of, 127-128 
treatment of, 127-128 


Polychondritis 
relapsing 
neurologic manifestations of, 
173-175 
Polycythemia vera 
neurologic manifestations of, 270 


Polygenic disorders 
neurogenetic, 630-631 


Polymicrogyria 
in brain development, 932-933 


22 


Polyneuropathy(ies) 
peripheral. See Peripheral 
polyneuropathy 
uremic, 26-28 


Polyradiculopathy(ies), 416-419 
compressive, 417-418 
diabetic, 418-419 


Positron emission tomography (PET) 
in children, 978-980 
in presurgical evaluation of epilepsy, 
1204-1205 


Posterior cutaneous nerve of thigh (PFCN) 
numbness of 
approach to patient with, 
500-501 


Potassium disturbances 


neurologic manifestations of, 232-232 


Pregnancy 
neurologic manifestations during, 269 


Prion diseases 
familial, 795—799 


Profiling gene expression 
in brain 
in gene expression studies, 
875-876 


Prosencephalon cleavage 

disorders of, 920-923 

in brain development, 920 
Prosthetic cardiac valves 

cardiogenic embolism and, 186—187 
Prothrombotic disorders 

in children, 1091 
Proximal myotonic myopathy, 660-661 


Pterin-4—alpha-carbinolamine dehydratase 
deficiency, 1147-1148 


Q 
Quality of life 
in hepatic encephalopathy, 241-242 





R 


Radial neuropathies 
approach to patient with, 458-462 





Radiation therapy 
for neurosarcoidosis, 75 


Radiation vasculopathy 
in children, 1089 


Radiculopathy(ies) 
acute 
defined, 407-409 
cervical, 411-412 
chronic 
defined, 410 
extraspinal, 414-415 
lubosacral, 412-414 
severity of 
defined, 410 
suspected 
anatomy of, 398-399 
approach to patient with, 
397-421 
needle electrode examination in, 
405-414 
nerve conduction studies in, 
399-405 
pathophysiology of, 398-399 


Recessive ataxia 
with ocular motor apraxia, 743 


Relapsing polychondritis 
neurologic manifestations of, 173-175 


Renal diseases. See also specific diseases 
dialysis for 
neurologic complications of, 
28-30 
neurologic manifestations of, 23~ 
uremic encephalopathy, 23 
uremic polyneuropathy, 26-2 
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Renal transplantation 
neurologic complications of, 30-32 


Repeat expansion diseases 
neurogenetic, 630 


Repetitive nerve stimulation 
in ALS, 537 
in neuromuscular junction disorder. 
560-567 
basic concepts of, 560-561 
rapid, 564-567 
slow, 562-564 


technical aspects of, 561-562 


Respiratory chain disorders, 81 1—833 
biochemistry of, 827-828 
clinical features of, 815-824 
diagnostic modalities in, 824-827 
exercise physiology of, 825 
laboratory tests in, 824-825 
muscle biopsy of, 825-827 
neuroradiology of, 825 
prenatal diagnosis of, 833 
treatment of, 828-833 


Respiratory disease 
neurologic complications of, 
high-altitude sickness, 25 
hyperventilation syndrome, 
260-263 
respiratory insufficiency, 247-251 


sleep apnea syndromes, 255-260 


Respiratory insufficiency, 247-251 
acute, 248-249 
chronic, 249-25] 


Retrovirus vectors 
for lysosomal storage disorders, 
“887-888 ; 
Rett syndrome, 1125-1141 
ambulation with, 1131 
breathing irregularities with, 
1130-1131 
bruxism with, 1132 
clinical characteristics of, 1126-1127 
clinical issues related to, 1129-1132 
clinical staging of, 1128 
cognitive impairment with, 1130 
gastrointestinal function with, 
1131-1132 
genetic basis of, 1133-1135 
growth failure with, 1131 
in boys and men, 1129 
longevity with, 1129-1130 
management of 
long-term, 1133 
MeCP2 function and, 1135-1136 
neuropathology of, 1133 
scoliosis with, 1131 


seizures 


self-abuse wit 32 


variant phe ic expression in, 
1128 
Rheumatic feve 


Sydenha ind, 1109-1110 


Rheumatic m stenosis 


cardioger olism and, 187 


Rheumatoid 

atlantoa tion in, 163-164 
atlantoax xation in, 162-163 
backward xation in, 164 
diagnosis 65-166 
juvenile 

neu inifestations of, 166 
neurologic ement in 

clinic res of, 160-165 
neurologic stations of, 160-166 
subaxial s ym in, 164 
treatmen >—166 


Rigid spine n strophy, 665 


Rubella, 1052 
clinical n 
diagnosis 
epidemiolog 1052 
preventio1 053-1054 
prognosis 53-1054 


treatment 53-1054 


itions of. 1053 


Ss 





Sarcoglycanop 
Sarcoidosis 
general aspec 
neurologic tations of, 59-83. 
Se € { yar¢ oidosis 
Schizencephal 
described 
Schwann cells 
myelinating 


and de nating neuropathies, 


Sciatic monone 

approach t with, 488-490 
Scleroderma 

neurologic stations of, 158-160 
Scoliosis 

Rett syndr 


Segawa disease 


Segmentation 
disorders « 
nervous system 
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Seizure(s) 
febrile 
encephalitis-related, 1029-1031 
in tuberous sclerosis complex, 942-943 
Rett syndrome and, 1130 


Sensory conduction studies 
in ALS, 534-535 
51 


Sepiapterin reductase deficiency, 1150-11 
Septo-optic dysplasia, 923 


Serum sickness 
neurologic manifestations of, 132 


Sharp waves 
positive 
spontaneous activity on needle 
EMG generated from 
muscle fibers and, 371-373 


Shoulder(s) 
weak or painful 
approach to patient with, 
454-458 
axillary neuropathies, 
457-458 
long thoracic neuropathies, 
454 
suprascapular neuropathies, 
455-456 
Sickle cell disease 
in children, 1090 
neurologic manifestations of, 266-267 


Sick-sinus syndrome 
cardiogenic embolism and, 185 


Single photon emission computed 
tomography (SPECT) 
in children, 978-980 


Single-fiber EMG (SFEMG) 
in neuromuscular junction disorder, 
568-571 
stimulation, 571 
technical aspects of, 568 
voluntary, 568-571 


6—pyruvoyltetrahydropterin synthase 
deficiency, 1146-1147 


Sjégren’s syndrome 
neurologic manifestations of, 166-168 


SLE. See Systemic lupus erythematosus 
SLE) 
Sleep apnea syndromes 
1eurologic complications of, 255-260 
central sleep apnea, 257-258 


obstructive sleep apnea, 255-257 


Sodium disturbances 


neurologic manifestations of, 227-232 


Somatosensory evoked responses 
in suspected radiculopathy, 403-404 


Spastic ataxia of Charlevoix-Saguenay, 
743-744 


SPECT. See Single photon emission 
computed tomography (SPECT 


Spectroscopy 
magnetic resonance 
in children, 969-975 


Spinocerebellar ataxias, 728-738 
early-onset cerebellar ataxia with 
retained reflexes, 741-742 
SCA1, 731 
SCA2, 
SCA3, 
SC/ 
SC/ 
SC 
SC. 
SC/ 
SCA 
SC/ 
SC/ 
SC/ 
SC. 
SC! 
SC/ 
SC! 
Spondylotic neuropathy, 549-550 
Sporadic ataxia, 747-748 


Spotted cDNA microarrays 
in gene expression studies, 874-875 


Stiff-person syndrome 
neurologic manifestations of, 101-102 


Sting(s) 
arthropod 


neurologic manifestations of, | 


Stiripentol 
for epilepsy, 1176 


Stroke(s) 

arterial 

in children, 1079-1100. See also 

Arterial strokes, in children 

atrial fibrillation and 

management of, 184-185 
hemorrhagic 

in children, 1093 


Subacute sensory neuronopathy/ 
encephalomyelitis, 87-90. See also 
Encephalomyelitis!subacute sensor) 
neuronopathy 
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Subaxial subluxation 
in rheumatoid arthritis, 164 


Subdural hematoma 
neurologic complications of, 30 


Succinic semialdehyde dehydrogenase 
deficiency, 1154 


Sulthiame 
for epilepsy, 1176 


Suprascapular neuropathies 
approach to patient with, 455-456 


Sydenham chorea, 1108-1112 
clinical features of, 1108 
described, 1108 
immunopathogenesis of, 1110-1111 
laboratory evaluation of, 1110 
manifestations of, 1108—1109 
rheumatic fever and, 1109-1110 
treatment of, 1112 


Syphilis, 1054-1055 
clinical manifestations of, 1054 
diagnosis of, 1054 
epidemiology of, 1054 
prevention of, 1055 
treatment of, 1055 


Systemic lupus erythematosus (SLE), 
151-158 
clinicopathologic correlation in, 
154-156 
described, 151 
diagnosis of, 156-157 
incidence of, 152 
neurologic manifestations of, 151-158 
pathogenesis of, 154-156 
treatment of, 157 


Systemic vasculitis 
neurologic manifestations of, 123-150 
polyarteritis nodosa group of, 123-131 


Tibial muscul 





Takayasu’s arteritis 
neurologic manifestations of, 145-147 


Tarsal tunnel syndrome 
anterior 
approach to patient with, 
492-494 
approach to patient with, 490-492 


Tauopathy(ies) 
frontotemporal dementia-—related, 
790-795 


Temporal arteritis 
described, 141-142 
diagnosis of, 142-144 


Tocopherol deficie 


incidence 
neurologic ifestations of, 141-145 
treatme! f, 144-145 


Tetany, 52-53 


Thiamine defic 


neurolog >quences of, 212-213 


Thigh(s) 
numbness 
app ) patient with, 


Thoracic ne 
long 


ipprI patient with, 454 


Thrombocytope 
heparin-it 
ne zic manifestations of, 267 
neurologic festations of, 
aap 


6 


Thrombocytos 
essentia 


neurologic manifestations of, 


Thrombotic n ngiopathy 


neurologic ations of, 267-268 


Thrombotic thr 
uremic syndrome 
neurologic n festations of, 268 


topenia/hemolytic 


Thyroid disez 


muscle dis 


41-4 


associated with, 


Tiagabine 


for epileps 31174 


, 668-669 


Tics, 1102-1108 


causes O + 05 

clinical ma nent of, 1107-1108 
described 

epidemiolog 103 

treatment of 5—1107 


neurologic consequences of, 217-218 


Topiramate 


for epileps' 


Tourette spectrum disorders, 1102-1108 


Tourette syndrome 02-1108 


causes of 04-1105 

clinical management of, 1107-1108 
described, 1102 
epidemiology 
treatment of 
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Toxoplasma gondii infection, 1044-1046 
clinical manifestations of, 1044-1045 
diagnosis of, 1045 
epidemiology of, 1044 
prevention of, 1045-1046 
prognosis of, 1045-1046 
treatment. of, 1045-1046 


Toxoplasmosis 
diagnosis and treatment of, 9-12 


Transcranial Doppler sonography 
in children, 977 


Transplantation 
bone marrow 
for lysosomal storage disorders, 
884 
immunosuppression associated with, 2 
renal 
neurologic complications of, 
30-32 


Trichothiodystrophy, 745 


Tropical sprue 
neurologic consequences of, 201-202 


Tryptophan hydroxylase deficiency, 1152 


Tuberculosis 
mycobacterium 
diagnosis and treatment of, 15 


Tuberous sclerosis complex, 941-954 
angiofibromas in, 946 
autism in, 943-945 
dermatologic signs of, 945-948 
described, 941-942 
diagnosis of, 953-954 
genetic aspects of, 951-952 
hypomelanotic macules in, 945-946 
increased ICP in, 945 
mental retardation in, 943 
neuroimaging of, 949-95] 
neurologic symptoms of, 942 
seizures in, 942-943 
treatment of, 954 


Tumor(s) 
HIV-1 infection/AIDS-trelated, 
997-998 
neurofibromatosis type |-related, 


957-959 


Tyrosine hydroxylase deficiency, 1151-1152 


U 


Ulirich scleromatic muscular dystrophy, 665 





Ulnar neuropathy 
at elbow 


approach to patient with, 
470-474 


Ultrasound 
advanced techniques in 
in children, 977 


Upper extremities 
mononeuropathy of 
suspected 

approach to patient with, 
453-469. See also 
specific site, e.g., 
Shoulder (s 

forearm/wrist/hand 
pain and weakness/ 
numbness, 462-474 

general principles of, 454 

introduction to, 453 

“weak or painful shoulder,” 
454-457 

weakness about the elbow, 
457-458 

wrist or finger drop, 


458-462 


Uremic encephalopathy, 2€ 
clinical findings in, 
diagnostic evaluation in, 25-26 


pathophysiology of, 26 


5 
aes 
5 


a 
3 
> 

3 


+ 
5 


Uremic polyneuropathy, 26-28 


V 





Vagal nerve stimulation 
complications of, 1185-1186 
efficacy of, 1185 
evaluation in, 1184 
initiation of, 1186 
maintenance parameters with, 1186 
mechanism of action of, 1185 
patient selection for, 1184 
safety of, 1185 
surgical implications with, 1185-1186 
tolerability of, 1185 


Varicella zoster virus (VZV), 1050-1051 
clinical manifestations of, 1050 
diagnosis of, 14, 1050 
epidemiology of, 1050 
prevention of, 1050-1051 
prognosis of, 1050-1051 
treatment of, 14, 1050-1051 


Vascular malformations, 1069-1073 
in children, 1069-1073 
cavernous malformations, 
1070-1071 
vein of Galen aneurysmal 
malformation, 1069 
venous angiomas, 1072-1073 





Index | Neurol Clin N 
Vasculitic neuropathy 
and cryoglobulinemic neuropathy, 106 
Vasculitis 
cerebral 
in children, 
drug-related, 131 
hypocomplementemic 
neurologic manifestations of, 


134-135 


1088—1089 


systemic 
neurologic manifestations of, 
123-150 


Vasculopathy(ies) 
CNS 
drug abuse and, 
radiation 
in children, 1089 
Vein of Galen aneurysmal malformation 
in children, 1069 
clinical features of, 1069-1070 
diagnosis of, 1070 
outcome of, 1070 
treatment of, 1070 


Venography 
magnetic resonance 
in children, 968-969 


Venous angiomas 
in children, 1072-1073 
Venous system 
anatomy of, 1061-1062 
pathophysiology of, 1062 


Vigabatrin 
for epilepsy, 1164-1166 
Viral vectors 
for lysosomal storage disorders, 
884-889 
adeno-associated virus vectors, 
887 
adenovirus vectors, 886-887 
herpes simplex virus vectors, 
885-886 
lentivirus vectors, 888-889 
retrovirus vectors, 887-888 
Vitamin B, deficiency 
neurologic consequences of, 212-213 
Vitamin Bg conjugate deficiency 
neurologic consequences of, 215-216 
Vitamin B)> deficiency 
neurologic consequences of, 213-215 
Vitamin D 
metabolism of 
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neurolog 
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218 
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treatmen 


Welander dis 
Wernicke’s e 


neurolog 


West Nile vir 


Whipple dise 


neurolog 
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clinical ¢ 


clinical { 

genetics 

reatmer 
Wrist 

median 
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approacl 
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for epileps 

















